Operation was planned for ten days later to allow marrow depression and natural destruction to leave as few HbS erythrocytes as possible. Electrophoresis at this time failed to demonstrate any HbS. The adenoidectomy was uneventful and since then she has been able to breathe freely.
Comnent
It is felt that if children with Hb genotype SS are to have the best chance of survival management of this type must be considered for the efficient and safe conduct of elective surgical procedures and may well be the most effective way of managing severe crises. Presented at 4 months with a history of failure to thrive, vomiting, a tendency to constipation and irritability since the age of 3 months. First child; no consanguinity; past history negative; birth weight 3-2 kg (25th percentile).
On examination: Mentally alert. Small for agelength: 602 cm (25th percentile), weight 5 kg (below 3rd percentile).
Clinical, radiological and biochemical evidence of rickets with hypophosphatsmia, glycosuria with normal glucose tolerance, generalized aminoaciduria with normal plasma amino acids, alkaline urinein presenceof mild hyperchloramic acidosis, lysozymuria and a low plasma uric acid level. Cystine crystals were not found in bone marrow biopsy and cornea; no evidence of retinopathy or hypopigmentation of peripheral retina. IVP normal. Heavy metal studies normal. Liver function tests normal.
She was put on a citrate mixture and calciferol 25,000-units daily gradually increasing to 75,000.
She stopped vomiting and started gaiing weight very slowly. Radiologically there was improvement in the rickets. The serum calcium rose to 13-2 mg/100 ml; calciferol therapy was stopped. From the age of 6 years she attended an openair school on a high-protein, low-fat diet and when seen at 12 years her height and weight were below the third percentile for her age. A glutenfree diet was commenced with improvement in weight gain but she soon gave it up.
When next seen at 17 years she had the stature, appearance and mentality of a child of 12 (IQ 67) and there were no secondary sex changes. A strict gluten-free diet was commenced and a dramatic increase in height and weight ensued. Her weight increased from 60 to 100 lb (27-45.5 kg) , and her height from 55 to 61 in (138-153 cm) in two years.
She became more mature psychologically, secondary sexual development conmenced and her menarche occurred within one year. She married at age 20 years and has subsequently had a normal pregnancy.
The diagnosis of coeliac disease was recently confirmed byjejunal biopsy (Dr F J Fawcett).
Comment
This case was presented to illustrate the beneficial effects of a gluten-free diet on the physical, sexual and psychological development of a .chid with cceliac dwarfism, despite delay in the institution of successul therapy until she was 17 years ofage.
